Until six weeks before admission, active and well without relevant personal or family history. Sudden onset of anorexia, nausea and loss of taste followed two weeks later by explosive watery morning diarrheea without blood or mucus; no pain. Partial response to constipating mixtures. After further two weeks almost all her hair fell out and the nails degenerated from the bases. She noted the development of pigmentation particularly on the hands. There was 1 stone loss in weight and marked constitutional disturbance.
On admission: The face and hands showed widespread general pigmentation. There were pigment spots about 2-3 mm in diameter on the hands and perineum. No buccal pigmentation. Almost total alopoecia. Nails dark and detaching proximally. Central depapillation of the tongue. Afebrile. No anxmia, clubbing or palpable lymph nodes. Breasts, thyroid, heart, lungs, blood pressure, abdomen, rectal examination, central nervous system all normal. Sigmoidoscopy: flattish nodular excrescences on the bowel wall were seen above about 10 cm; slight hyperemia but no bleeding or ulceration.
Investigations: X-rays: Chest normal. GEsophagus a few small polyps. Stomach and large intestine widespread fine cobblestone appearances compatible with multiple adenomatous polyps (Figs 1 and 2). Small intestinea few small polyps. These changes were confirmed by repeat examination. Blood Soon after admission and without specific therapy, the symptoms subsided but she subsequently developed a chest infection which resolved completely. One month after admission sigmoidoscopy showed only some mild granularity of the mucosa and subsequent repeat X-rays showed almost complete resolution (Fig 3) .
Pigmentation faded, hair and nails regrew normally over the next four months and, at the time of presentation, the patient was free of abnormal physical findings.
Discussion: Initially, in view of the radiological and sigmoidoscopic appearances together with the macular pigmentation, Peutz-Jeughers syndrome was considered but the history, clinical picture and subsequent progress were not consistent with this. No biopsy of the gastro-intestinal lesions was performed but it is considered that these must have been of the nature ofmucosal pseudo-polyps.
A comparable clinical picture of gastro-intestinal and ectodermal change was reported by Cronkhite and Canada (1955) but their two cases exhibited severe malabsorption and ended fatally. The progress of the illness in this case suggests a temporary infective or toxic cause. First attended St James' Hospital in 1949 with a three-month history of progressive dysphagia.
Investigations: Barium swallow showed an cesophageal filling defect just below the aortic arch.
The raised edge of a tumour was seen at 27 cm from the incisor teeth on cesophagoscopy.
Operation (1.12.49): Left thoracotomy. The growth, found immediately below the arch of the aorta, was adherent on all sides and was freed with difficulty. The lower two-thirds of the gullet was removed after transecting the cardia and dividing the cesophagus above the aortic arch.
The paracardiac and left gastric glands were removed with as many mediastinal glands as possible. After mobilizing the stomach an end-toend aesophagogastrostomy was carried out.
Specimen: A malignant ulcer was found 2I in. in length completely encircling the cesophagus. Histological examination revealed a well differentiated squamous cell carcinoma which had infiltrated to the superficial layer of muscle.
Progress
April, 1952: The patient noticed a lump on the front of the right thighthis was excised at another hospital. Histological examination showed a squamous cell carcinoma. In September the patient's attention was drawn to a further lump in the same site.
On examination (20.10.52): A 5-in. healed scar on the front of the right thigh. A long lobular mass was felt deep to the scar with two further nodules, one proximal and one distal to it.
Operation (9.9.53): Wide local excision of the extensor muscles of the thigh sacrificing the femoral nerve.
Histology: Invasion of muscle by squamous cell carcinoma.
March, 1954: Pain drew the patient's attention to a further lump above the right groin. Examination revealed a firm mass, 4 cm in diameter, above the inguinal ligament fixed to the lateral pelvic wall.
